A 48 year old woman with intra-abdominal Weber-Christian disease presented with bleeding gastric varices and evidence of splenic vein occlusion. We describe the problems encountered in making this diagnosis and subsequent treatment.
Introduction
Upper gastrointestinal haemorrhage secondary to isolated gastric varices is an unusual cause of haematemesis.' Diagnosis may be difficult in the absence of oesophageal varices and where there is no evidence of liver disease. In such cases the most likely diagnosis is splenic vein occlusion, a collateral circulation being established through the short gastric veins.2 '3 In the majority of cases splenic vein occlusion is secondary to pancreatitis or pancreatic carcinoma but occasionally other causes are found.3 '4 We describe a case which was eventually diagnosed as being due to an intraabdominal manifestation of Weber-Christian disease.
Case report A 48 year old woman was admitted to a nearby hospital in March 1984 following a large haematemesis. She had been well until 1979 when she underwent a cholecystectomy for gallstones. Post-operatively she developed jaundice, but at a further laparotomy no stones were found in the common bile duct, liver biopsy was normal, as were markers for viral hepatitis. The episode ofjaundice was thought to be due to a post-transfusion hepatitis and she made a full recovery.
Two years later (1981) she was noted to be hypertensive and commenced on bendrofluazide and metoprolol, which she took up until January 1984 when she was admitted to hospital with a 4-week history of a systemic lupus erythematosus (SLE)-like illness characterized by fever, widespread macular rash, pericardial rub and pleural effusions. Extensive investigations at this time did not confirm this diagnosis (normal immunoglobulins, normal platelet count, negative antinuclear antibody, negative DNA binding). Renal function was found to be impaired (creatinine 201 ptmol/l compared to 11O pmol/1 two years previously). Intravenous and retrograde urograms showed a normal right kidney and ureteric tract but a non-functioning left kidney and blind ending ureter. ESR was raised (80 mm in first hour). Liver function tests were abnormal (alkaline phosphatase over 500 IU/1, normal 20-120 lU/l and aspartate transaminase 120 IU/l, normal < 45 IU/1). However, the metoprolol was stopped and the patient rapidly recovered on a combination of loop diuretics and vasodilators. Liver function tests returned to normal. During her recovery she had a small haematemesis which was not thought to be significant. The haematemesis in March 1984 was therefore her second bleed, and at this time a mass in the left hypochondrium thought to be the spleen was palpable, although it appeared to be of normal size on isotope liver scan, which was also otherwise normal. Gastroscopy at the same time was reported as normal.
Twelve months later, in May 1985, she again presented with a further large haematemesis followed by two more bleeds within the next two months. Three gastroscopies, all within 24 hours, failed to reveal any lesion, and it was only when a barium meal was requested that the diagnosis of gastric varices became apparent ( Figure 1 ). On transfer to the medical unit at Middlesbrough General Hospital the diagnosis was confirmed by gastroscopy, using both forward and side-viewing endoscopes (F2, DUO-XL2, Fuginon). Prominent gastric folds within the fundus were noted to have 'cherry red spots' similar to those seen on the surface of oesophageal varices. The oesophagus was normal. Despite commencing injection sclerotherapy, three further haematemeses ensued. Investigation by ultrasound scan showed occlusion of the splenic vein with a patent portal vein which was confirmed by venous phase coeliac angiography (Figure 2 In conclusion, we feel that although the presentation of this patient was not typical of Weber-Christian disease, histological evidence is sufficient to label this as the cause of the massive peritoneal and retroperitoneal fibrosis. As a consequence, the patient developed ureteric obstruction and splenic vein occlusion resulting in bleeding gastric varices which have to date been treated successfully by injection sclerotherapy. We feel these should now be added to the list of complications associated with the intra-abdominal manifestations of Weber-Christian disease.
